Paramyotonia congenita is a non-progressive disease characterised by myotonia (failure of muscle relaxation) induced by the exposure of the affected muscles to cold. Episodes of flaccid paralysis occur and may be related to hyperkalaemic periodic paralysis. Proximal myopathy or muscular hypertrophy may occur. The condition is inherited as an autosomal dominant.' Severe paralysis may occur with comparatively slight increases in plasma potassium concentration. During an attack of paralysis there is loss of potassium from muscle cells, which become depolar- Another potential difficulty in paramyotonia congenita relates to the electrolyte shifts which may occur with haemodilution and cardiopulmonary bypass. In particular, hyperkalaemia may precipitate myotonia.' The primary muscle defect is thought to be related to increased sodium conductance in affected muscles. An infusion of 80 mmol (mEq) of potassium chloride in 500 ml 5% dextrose infused at 80 ml/h was able to prevent gross fluctuations in serum potassium concentrations in this patient.
Only minimal postoperative respiratory depression was seen, with a transient rise in arterial Pco2. The major postoperative difficulty encountered was the occurrence of brief episodes of hypotension and falling central venous pressures, which were not significantly affected by volume loading or by dopamine infusion. Although the aetiology of these haemodynamic changes is not definitely known, they were possibly related to sudden changes in peripheral resistance or venous capacitance or both. The attacks proved benign, though they did increase the duration of the patient's stay in the intensive care unit.
In summary, cardiopulmonary bypass using moderate hypothermia has been undertaken safely in a patient with paramyotonia congenita. Depolarising muscle relaxants and halothane were avoided, and complete rewarming on bypass was carefully carried out. The anticipated respiratory difficulties did not occur and postoperative recovery was complete.
